Update on cystic fibrosis epidemiology.
With the improving survival of cystic fibrosis (CF) patients, the clinical spectrum of this complex multisystem disease continues to evolve. Epidemiologic studies have provided important insight into the disease course, prognosis, and complications. This review summarizes recent advances in our understanding of predictors of survival and outcome and modifiers of disease in CF. This review is not meant to be comprehensive, but highlights selected studies, many of which have particular relevance to the growing number of older CF patients. Survival rates of US CF patients improved remarkably over the past 15 years, but most of the improvement was limited to patients 2 to 15 years of age. Both median household income and ambient air pollutants were found to be important modifiers of disease, echoing research reported in other chronic lung diseases. Genotype classified according to functional mutation class was highly associated with outcome (class I, II, and III mutations were associated with the highest mortality). Of the emerging pathogens, B. cepacia complex and B. gladioli are the most prominent. A small but significant percentage of patients have been shown to acquire new B. cepacia complex or B. gladioli strains with time. Epidemiologic research in cystic fibrosis continues to inform patient care and clinical research, and to generate new hypotheses regarding pathophysiology. Survival and outcomes continue to improve in this multisystem disease. With continued improving survival, epidemiologic studies will be critical to tracking changes in prognosis and outcome.